examination would confirm), aprimafacie assumption of drug resistance is justified. Confirmation is obtained by recourse to the elegant mouse footpad inoculation technique, the mice being given different dietary drug concentrations -0.1, 0.001 and 0.0001 %. Resistance develops in a stepwise fashion, and cross-resistance (e.g. between sulphones and sulphonamides, and between thiambutosine and thiacetazone) may occur. Fortunately, all patients hitherto found with dapsoneresistant bacilli have responded to either clofazimine or Rifampicin. L C, girl aged 10 History: Seen at the age of 8 days with a 6-day history of an erythematous rash which had started on the face and spread rapidly to involve the whole body surface. On examination at that time she was noted to be bright red with exfoliating areas on the limbs, particularly around the flexures. She attended intermittently over the next few years because of an eczematous rash and was also under the care of the pzediatric department for investigation of her small stature. She had made normal progress until 10 months old. Since then her weight and height had been below the 3rd percentile. She is now growing at her own percentile. No definite cause for this has been found. In autumn 1972 she reattended for scaling on the scalp and a rash on her arms and legs. On examination: Noticeably short and thin for her age. Arcuate and erythematous lesions on legs and arms with marginal scaling. The lesions showed a distinctive double-edged scale caused by superficial peeling at both edges of the serpiginous erythematous band. Her scalp was scaly. Scalp hairs showed pili torti while eyebrow hairs showed trichorrhexis invaginata. Investigations: Urinary amino acids normal. X-ray of wrist: bone age 6 years 10 months (chronological age 10 years 5 months). Skin biopsy: 'The epidermis is hyperkeratotic and acanthotic with prominent rete processes. Foci of parakeratosis are present. There is a very minor degree of suprabasal epidermal spongiosis.
Juvenile Dermatomyositis
The dermal capillaries are surrounded by a moderate inflammatory cell infiltrate, mainly of lymphocytes, but also with some eosinophils and a few pigmented histiocytes.' Discussion Comel (1949) reported a case in which the patient developed a rash within the first few days of life. The face was clear but on the back and extremities there were serpiginous and polycyclic linear raised lesions with an erythematous hyperkeratotic margin. He called this ichthyosis linearis circumflexa. Several similar cases were subsequently reported and the majority were noted to have branny or greasy scales in the scalp. Schnyder & Wiegand (1968) reported further cases with hair anomalies. Hair changes noted were trichorrhexis nodosa, moniliform hairs and pili torti. Netherton (1958) described a syndrome, the features of which included trichorrhexis invaginata (or 'bamboo hairs'), an ichthyosiform dermatosis and an atopic diathesis. Altman & Stroud (1969) considered the 6 reported cases in which Netherton's syndrome and ichthyosis linearis circumflexa had been reported together. They considered both conditions to be of autosomal recessive inheritance with greater penetrance of the hair defects in females which would account for 8 out of 9 reported cases of Netherton's syndrome occurring in females. The other feature described in Netherton's syndrome is some type of atopic diathesis. In one series 4 out of the 9 reported cases gave a history of urticaria and angiocedema associated with the eating of nuts. The patient presented also exhibits this phenomenon. The dwarfism remains unexplained.
Dr R S Wells: Perhaps I could make three points about this interesting patient. First, cases of ichthyosis linearis circumfilexa have been described without the other features so that I think it might be better to say this patient has Netherton's syndrome. Second, this is one of the interesting conditions where there seems to be a predominance of affected females and this raises the question of X-linked inheritance (lethal in males) rather than autosomal recessive inheritance. Third, atopic eczema is said to be one of the features, but I have always thought this was unlikely. The patient has a very unusual type of eczema, which, while it may have some atopic features, is of a type peculiar to the syndrome. Atopic eczema is so common that it may be found in association with a large number of syndromes quite by chance.
As far as I know, dwarfism has not been described as one of the features of Netherton's syndrome. week's treatment with sulphapyridine there was marked symptomatic relief. The rash showed a tendency to relapse when treatment was stopped.
1954: Treatment was changed to dapsone. He remained well controlled on 50-100 mg daily until 1970 when he complained of abdominal pain and weight loss of 3 kg (7 lb). Examination revealed an abdominal mass which was discovered at laparotomy to be a jejunal tumour adherent to the colon. It was resected in toto. Histology showed a reticulum cell sarcoma; regional lymph nodes were not involved. He made an uneventful recovery. 1971: He began taking a gluten-free diet, since when it has been possible to reduce dapsone dosage but not below 50 mg 3 days per week. Investigations before gluten-free diet: Blood count normal apart from raised reticulocyte count of 3.1 %. Serum folate 3.1 ng/ml (normal 6-12 ng/ ml). Red cell folate 182 ng/ml (normal 160-640 ng/ml). Serum B12, serum iron, serum calcium, phosphate -normal. Fecal fats 8 g in 3 days (normal 6 g). Xylose absorption and plasma proteins normal. Jejunal biopsy showed convoluted villi. Investigations after gluten-free diet: Absorption returned to normal. Jejunal biopsy has not been repeated.
Comment
Association between dermatitis herpetifornis and gluten enteropathy is well established (Brow et al. 1971) . A link between enteropathy and cancer was suggested when 3 cases of adult cceliac disease complicated by reticulum cell sarcomata of the small bowel were reported from Bristol (Gough et al. 1962) . A review then of the European literature revealed 13 other cases. In a series of 202 patients with adult coeliac disease reported from Birmingham (Harris et al. 1967 ) 31 cancers occurred between 1941 and 1965. The striking feature of this series was the predisposition to carcinoma of the alimentary tract (27 out of 31 cancers) and lymphomata in particular. Of 14 patients with lymphomata, 4 developed Hodgkin's sarcoma not involving the bowel, the remaining 10 developed reticulum cell sarcomata. Of these, 9 out of 10 affected the stomach orjejunum and/or
